INTRODUCTION
Pompe disease is a rare, progressive muscle disease that can often be fatal (1, 2, 3) . It occurs worldwide and may present at any age from infancy to late adulthood (4) . A broad classification of Pompe patients divides them in two categories: infantile-onset (including classical and non-classical presentations) and late-onset (juvenile and adult) (5, 6) . We describe the cases of a family with Pompe disease with a clinical spectrum extending throughout different ages of onset, degrees of organ involvement, and rates of progression.
CASE 1
A 21-year-old man was admitted in department of infectious diseases for diarrhea, muscle pain, weakness, limpness and darkly colored urine and oligoanuria. The physical examination revealed muscles hypertrophy of inferior extremities. Laboratory examinations revealed high seric levels of creatinine, creatine phosphokinase (CP) and lactat-dehydrogenasis (LDH) ( Table 1) . Because of acute respiratory failure (ARF), the mechanical ventilation of patient was needed. After intensive treatment the situation was completely improved, and all laboratory parameters were normalized. Since he experienced in childhood episodes of muscle pain, followed by darkly colored urine after mild exercise, a muscle biopsy for our patient was performed, and fibroblast culture was made, which indicated a deficient enzyme (acid alpha-glucosidase, "GAA") and was classified as glycogen storage disease type II-Pompe disease. The same situation was repeated five years later, with acute kidney injury (AKI) (creatininemia: 5 mg/dl), ARF requiring mechanical ventilation for two weeks, and elevated muscular enzymes (CP: 9800 U/l, LDH: 1100 U/l). After intensive therapy he was discharged in good general condition making a complete recovery of renal and pulmonary function. In two episodes was not required hemodialysis.
CASE 2
The patient's twin brother 26-yearold was presented at the Service of Nephrology with oliguria, darkly colored urine and high seric levels of creatinine, CP and LDH, making the diagnosis of rhabdomyolysis, and hemodialysis was required. Two days later he was complicated with respiratory muscle involvement, but not requiring mechanical ventilation. The situation was completely improved after the intensive treatment. In the family history, the twin's sons of first patient and a patients' brother died some days after partum from cardiac problems.
DISCUSSION
Acid maltase deficiency is a glycogen storage disease with heterogeneous In Split was recently promoted textbook by Prof. dr. Izet Hozo "Internal propedeutics with communication skills in medicine," which filled the void that existed until the release of this book. If it is compared with similar books that are in use in the study of medicine, it is difficult to contemplate the work that could be used for comparison. Specifically, this comprehensive, yet easily applicable textbook that deals with clinical examination skills and communication in the Croatian language has not been written. Terminology and units of measurement are consistent with existing regulations, book is written concisely, clearly, in linguistic and conceptual terms. The new textbook " Internal propedeutics with communication skills in medicine," by Izet Hozo and his associates from the University Hospital Split is an interesting venture, which will not only fill a significant void in the textbook, but also contribute to a systematic theoretical approach to medical teaching, which is the day give quite a new and unusual dimension. We are witnessing that in public and in the medical community is increasingly prevalent belief that all questions about the mysteries of life, health and disease responses possible to obtain scientific procedures, and that all of the hidden secrets of the universe at the level of cells, molecules and genes. Of course, all those who worked in hospitals and with patients spent their life know that this is not true. People are certainly not just a set of genes, molecules and cells, but something much, much more. Therefore, focusing solely on medical education scientific component can result in loss of humanistic dimension in so educated young doctor. In medicine, science and humanism are inseparable and equally important components, and therefore in their educational process should be given equal attention. Unfortunately, today the underlying product of the teaching process with the majority of medical schools in the world of young professionals with extensive knowledge, skillful and coldblooded, able to act rationally and in crisis situations, but that more should and say, away from the patient. Learning about the importance of treating patients as human beings, with names and personalities, become increasingly rare in the modern, very demanding curriculum. As a result, patients become "clinical cases" that need to be applied as precise diagnostic and therapeutic protocols, and all the technological advances of modern medicine. However, it is not correctly attributed the current situation exclusively to lack of compassion in the new generation of doctors. They now have a lot less time and a lot more work, but, more importantly, hardly anyone of them that dimension medical profession speaks during the study. Therefore, the new professor Hozo's textbook and associates, is important, because in addition to a detailed clinical examination skills displayed in every segment, and each chapter highlights the importance of access to the patient as a human being, and it is evident that the authors, in addition to scientific fact, in this text incorporated many recommendations and advice, and what is most impressive, a lot of goodness and love. This make the textbook so special and precious. The book has 368 pages, 14 chapters, 198 images (illustration), the eight tables and four drawings-schemes, index, and 41 references, the book is printed in 1000 copies; the book is standardised as university tutorial.
The work is primarily intended to the medical students and students of dental medicine and health studies students. The textbook will be a useful reminder for primary care physicians and specialists internal and family medicine.
Split, 09.07.13. Prof. dr. Vladimir Šimunović presentations within a family (7, 8) . The cases of this family which we present have heterogeneous presentations, with a clinical spectrum extending throughout different ages of onset, degrees of organ involvement, and rates of progression. Three cases of this family presented a rapidly fatal neonatal form of lysosomal glycogenosis with acid maltase deficiency. ARF in association with AKI had a mortality of 89 percent (9) . The first patient reported had two episodes with ARF associated with AKI with good outcome. Classically, symptoms of congestive heart failure (CHF) with progressive cardiac enlargement begin within a few weeks after birth, and death occurs early in life from intractable CHF. The fact that three family members died during the first days of the life from cardiac problems, is compatible with the diagnosis of Pompe disease. Genotyping is important in genetic counseling and may be of supportive diagnostic value (10) . It provides a way of determining whether children of carrier parents are also carriers. In cases with a family history of disease, prenatal diagnosis may be made by determining GAA in cultured amniotic cells or chorionic villus biopsies (10) . Since Pompe disease is a multi-systemic disorder it can be managed by a multidisciplinary team of physicians including cardiologist, pneumologist, neurologist, intensivist, physical therapist, genetics, metabolic dietitian, and we would add the nephrologist. All specialists involved in the care of an individual with Pompe should have an understanding of the disease, its broad and varied manifestations, and challenges, including the psychological and emotional impact of this disease.
In conclusion, we think that the present cases corresponds to a severe and rare form of type II glycogenosis, Pompe disease, with a clinical spectrum extending throughout different ages of onset, degrees of organ involvement and rates of progression. The twin patients with adult form of Pompe disease presented episodes of acute renal failure and respiratory insufficiency with a good outcome. We consulted these cases with genetics that provided guidance on genetic issues, such as family planning, carrier testing, and prenatal screening for other offsprings'patients.
